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Adult-onset leukoencephalopathy with axonal spheroids and pigmented glia is an
autosomal dominant leukoencephalopathy related to gene mutations. A growing
number of clinicoradiologic phenotypes have been described. In this study, we
analyzed brain imaging findings in 16 patients with adult-onset
leukoencephalopathy with axonal spheroids and pigmented glia to refine radiologic
diagnostic clues. T2/FLAIR white matter hyperintensities were present in all
patients with frontal or frontoparietal predilection, with asymmetric distribution in
more than one-third. Brain atrophy and callosal involvement were almost constant,
and corticospinal tract involvement was frequent. Moreover, deep white matter
hyperintense dots on DWI and deep punctate calcifications on CT were often found.
Conversely, deep gray matter nuclei, external capsules, and brain stem were rarely
involved. Our series emphasized the great variability of MR imaging findings seen
in adult-onset leukoencephalopathy with axonal spheroids and pigmented glia. A
complete imaging screening including DWI, T2*, and CT is mandatory to accurately
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